Langer-Giedion syndrome is a very uncommon autosomal dominant genetic disorder caused by the deletion of chromosomal material. It is characterized by multiple bony exostosis, short stature, mental retardation, and typical facial features. The characteristic appearance of individuals includes sparse scalp hair, rounded nose, prominent philtral area and thin upper lip. Some cases with this condition have loose skin in childhood which typically resolves with age. Oral and dental manifestations include micrognathia, retrognathia, hypodontia, and malocclusion based on cephalometric analysis. This report presents a case of Langer-Giedion syndrome in a 10-year-old child.
Introduction
Trichorhinophalangeal syndrome (TRPS) type 2, also known as Langer-Giedion syndrome, is a rare gene deletion syndrome with distinct facial features and bone abnormalities. [1] Most of the cases are sporadic but father-to-son and mother-to-daughter transmission has been documented. [2] [3] [4] [5] The skeletal structure shows multiple exostoses in the long and short tubular bones of the limbs. This is a differentiating feature between TRPS 1 and 2. [6] [7] [8] The craniofacial features include bulbous nose, prominent philtral area, thin vermillion of upper lip, sparse scalp hair, prominent forehead, mild microcephaly and broad eyebrows. [5, 9] Oral manifestations include micrognathia, retrognathia, supernumerary teeth, hypodontia, and malocclusion. The infants experience feeding problems due to uncoordinated swallowing causing choking. [5] Other manifestations include loose skin, recurrent respiratory tract and middle ear infections during childhood. [2, 5, 8] This report describes the clinical manifestations and dental management of a patient with Langer-Giedion syndrome. Dental care is becoming recognised as integral to the overall management of patients with genetic disorders. On this basis it can be expected that heritable conditions such as Langer-Giedion syndrome will increasingly be referred to academic dental facilities for specialised appraisal and care. From this perspective, we have documented our own experience.
Case Report

